ABSTRACT The histories of 243 adults with cystic fibrosis were reviewed; 46 had experienced one or more spontaneous pneumothoraces (18.9%), and seven had died of this complication. There was a high incidence of recurrence on the same side after conservative management (50%) or intercostal drainage (55.2%). Prolonged intercostal drainage was associated with a high mortality. One-third of patients required surgical treatment. Twenty thoracotomies were performed. Three of these patients died but only two of the 17 survivors had recurrences. Severe airflow obstruction was not a contraindication to surgery. A plan of management for future cases is outlined.
There is a high incidence of pneumothorax in patients with cystic fibrosis, and it is an important cause of both morbidity and mortality. '-4 Pneumothorax occurs mainly in those patients with advanced disease, severe airflow obstruction, and chronic Pseudomonas aeruginosa infection.'5 All the methods available for treatment of pneumothorax have been used in cystic fibrosis, but none has gained general acceptance. Many centres are naturally reluctant to consider thoracotomy in patients who have extensive pulmonary disease. Increasingly patients with cystic fibrosis are surviving into adult life, and in the future will present to thoracic physicians with this problem. A review of our experience in such patients over the last 15 years was made in an attempt to define a plan of management for future cases. 4 Spontaneous pneumothorax in the normal population has an incidence of five per 100 000 per year and is classically seen in young men. The male-to-female ratio is 5:1. The treatment has been extensively described;89 and the recurrence rate after conservative treatment is 9-18% in different series, and after intercostal drainage 12-17%. In our series pneumothorax was more common in males than in females, and this difference between the sexes is significant (p <0.05) despite the male predominance of cystic fibrosis in adults (table 1).
Methods
The rate of recurrence was high, 50% after conservative treatment and 55 % after intercostal drainage. Persistent air leaks were common and drains were often resited. The hazards of prolonged drainage in patients with cystic fibrosis are retention of secretions, exacerbation of infection, the impossibility of adequate physiotherapy, deteriorating respiratory function, and shattered morale.
Spontaneous pneumothorax in the normal population may be due to the rupture of subpleural blebs. Blebs were found at necropsy in 60 % of patients with cystic fibrosis over the age of 10.5 Apical blebs were found at operation in 26 out of 31 thoracotomies.' Mucous plugs may form a check-valve obstruction in a bronchus leading to a rapid increase in pressure and rupture of a bleb. This plugging may also hinder subsequent expansion. The tendency for delayed resolution of pneumothorax in cystic fibrosis may also be related to the lack of compliance of the lungs, and perhaps to the abnormal cells in the visceral pleura noted by Dunnill.' in adults with cystic fibrosis. 
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